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117 118 119 122 glucose tolerance test and vitamin A absorption test were normal. On a diet containing approximately 60 grams of fat a day she excreted a daily average of 5-6 grams fical fat over a collection period of six days. This suggested that mild steatorrhcea was present. A chest X-ray was normal. A barium meal and follow-through and a barium enema showed changes in the terminal ileum consistent with regional ileitis (Fig. 1 ). Examination of her stools was negative for tubercle bacilli, dysentery organisms, cysts and amoeble. The appearances are consistent with regional ileitis.
She was put on a low residue diet and oral cortisone. Symptomatically she improved and put on 30 lb. in weight. She has been maintained in reasonable health now for a year but reduction of the dose from 100 to 62-5 mg. a day has led to a return of her abdominal pain and diarrhoea. A mild anmmia persists despite a course of intramuscular iron, and occasional frank blood appears in her stools.
Comment.-The combination of loss of weight, lassitude, gastro-intestinal upset and increasing pigmentation suggested Addison's disease but this was ruled out by the normal response to ACTH (Mencer Martin et al., 4957) . Using the same batch of ACTH in the same dosage it was found that the mean highest daily excretion of 17-ketogenic steroids was 68-7 mg. (standard error 6-9)'in a group of female patients without evidence of adrenal dysfunction.
Although Addisonian-like pigmentation is not uncommon in association with steatorrhea, Cooke (1955) described pigmentation in only 5 out of his series of 90 patients with regional ileitis. Clubbing, however, was present in 48. Crohn (1949) makes no mention of abnormal pigmentation in his series of 298 cases and clubbing was only present in 17, the incidence being highest in the patients with diffuse ileo-jejunitis. Both features are, therefore, consistent with the radiological diagnosis though the increased pigmentation is apparently rare.
This patient was treated with oral cortisone in view of the encouraging reports on the use of gluco-corticoids in this disease in the absence of any urgent indication for surgery (Crohn, 1958) . Despite the marked symptomatic improvement the disease is still active, judging by the return of symptoms on reduction of the dose, the anemia and the presence of blood in the stools. History.-Recurrent urinary infection aged 20 and 33. Thereafter well until 1955 when increasing lethargy and nocturnal frequency of micturition commenced. In September 1955 she developed severe weakness, particularly of the legs, and was admitted to a fever hospital as a suspected case of poliomyelitis. Examination showed photophobia, tenderness and paralysis of lower limbs and absent reflexes. Blood pressure 180/100 mm.Hg. The diagnosis was not confirmed and she recovered spontaneously after six weeks. Subsequently she remained weak and a further severe attack of paralysis was precipitated by bronchopneumonia in May 1957 when her serum potassium was 2-'6 mEq./l. Blood pressure 150/90 mm.Hg. She responded well to potassium supplements (circa 130 mEq. potassium daily) and was also found to have pernicious amnemia (Hb 31 grams Y.) which was treated with vitamin B12.
She then developed a series of neurological incidents commencing with a right hemiparesis in December 1957 from which she'made a good recover'y. In January 1958 she had a short illness with confusion and signs of meningitis but no evidence of infection in the C.S.F. In February 1958 her confusion recurred with severe dysphasia followed by a right-sided Jacksonian convulsion, again with good recovery. These episodes were thought to be due to cerebral atherosclerosis associated with hypertension, and left carotid arteriography showed irregular tortuous cerebral arteries. Post-operative 0-3 tg./24 hours. (Normal range 3-7 tg./24 hours.) Glucose tolerance test: Normal. Faecal fat excretion: Mean of five days-5-7 grams/24 hours. Sodium/potassium ratios: Saliva-Pre-op. 0 9 at a flow rate of 0-8 ml./min., 1 6 at a flow rate of 3-4 ml./min.; post-op. 2-3 at a flow rate of 2-9 ml./min. FRces-Pre-op. 0-5, post-op. 0-6.
Potassium excretion: During balance, with progressive potassium depletion, renal potassium loss averaged 54 mEq. daily with a serum potassium level of 2-8 mEq./l. (Normal excretion under these conditions less than 15 mEq. potassium daily.)
Balance data: On a high potassium intake (224 mEq. daily) a positive potassium balance of about 820 mEq. was achieved over fourteen days. An initial negative sodium balance of about 180 mEq. by the fifth day was reversed by the end of the period. On a low potassium intake (47 mEq. daily) a negative potassium balance of 88 mEq. and a positive sodium balance of 350 mEq. occurred over five days. A further balance was started on the twelfth postoperative day. Over the next five days 70 mEq. of potassium were retained and 185 mEq. of sodium were lost.
Response to low sodium diet: On a diet containing 22 mEq. sodium daily, marked sodium retention occurred with an average sodium excretion of 12 mEq. daily over seven days (range 2-19 mEq. daily).
Operation 14.3.58 (Mr. Robert Cox).-Postero-lateral approach. Examination of both adrenals was planned but the left was inspected first and was found to be enlarged. On removal and transection the gland was largely replaced by a round encapsulated tumour (Fig. 1) . The right suprarenal was not examined. Post-operative course uneventful. Histology of tumour.-Benign cortical adenoma. The cells are polyhedral with rather vacuolated cytoplasm and well-defined nuclei. They appear to be derived predominantly from the zona fasciculata. No atrophy of cortical zones is seen in the adrenal remnant.
Post-operative course.-She subsequently remained well on a normal diet. The blood pressure fell to 140/90, but rose later to 150/110. The ECG became normal. The serum potassium rose to 5-6 mEq./l. on the fourth post-operative day and thereafter fluctuated between 4-1 and 4-5 mEq./l. Urinary acidification improved promptly but the impaired renal concentrating power remained unaffected.
Comment.-This patient with Conn's syndrome had a typical adrenal adenoma and responded in the usual way to its removal. Because of the unusual features, the distinction between potassium-losing nephritis and Conn's syndrome could not be made before operation. The absence of pyelonephritis in the renal biopsy, the balance data, and the response to a 29 low sodium intake favoured Conn's syndrome. The absence of alkalosis and hypernatremia, the normal sodium/potassium ratios and the failure to demonstrate increased urinary aldosterone excretion were, however, unusual. Furthermore, no tumour could be demonstrated on the pneumogram, and the history of previous urinary infection with a positive urinary culture, favoured potassium-losing nephritis. This case illustrates that the diagnostic criteria in Conn's syndrome may be fallible, especially if negative, and that diagnosis may depend on adrenal exploration.
Dr. R. I. S. Bayliss pointed out that this case exemplified very well the difficulties in distinguishing between primary hyperaldosteronism and potassium-losing nephritis. Pre-operatively the investigatory data and the history were equally in favour of both conditions, although the normal renal biopsy favoured primary aldosteronism. The only certain way of being sure of the diagnosis seemed to be exploration of the adrenal glands. Progress.
-After twelve days of treatment, serum calcium had risen to 11 -2 mg. %, and inorganic phosphorus to 3-6 mg. %. Calciferol was then stopped. Six weeks later serum calcium was 10 5 mg. %, and phosphorus 3 5 mg. %.
There has been no further diarrhoea, and the hxmoglobin has slowly risen to 72 %. Comment.-An unusually severe case of coeliac dwarfism (cf. Frazer, 1956) undiagnosed until presenting at the age of 59. Other features are delayed puberty, iron deficiency anemia, and osteomalacia due to malabsorption, with radiological evidence of secondary hyperparathyroidism. REFERENCE FRAZER, A. C. (1956) Proc. R. Soc. Med., 49, 1009.
Dr. D. Marrack said that abnormal ascorbic acid saturation tests might be seen in a variety of disturbances of absorption and the abnormality was not specific for any special variety. He had seen it in malabsorption following partial gastrectomies and after surgical shortening of the small intestine, as well as in idiopathic steatorrhea. One case did not have excessive twenty-four-hour frecal fat in spite of failure to saturate with 1 gram of ascorbic acid daily at the same time. Miss H., aged 22. Genital abnormality with enlarged clitoris was noticed at birth by midwife. The sex of the child was questioned at that time. Reared as a girl and developed normal female interests. She was taller than her playmates of the same age until the age of 11 years when growth ceased. An abnormal growth of pubic hair was first noticed at the age of 6 years. Hair soon appeared on the trunk and beard area, and by the age of 16 years when she left school, she required to shave daily to conceal the hirsutism. Despite these changes, there was no breast development, and menstruation failed to occur. The patient was acutely aware of these abnormalities and regarded herself as a freak, and there were many episodes of depression. The parents, wishing to spare her the embarrassment of out-side contact, encouraged lher to stay at home rather than seek outside employment. At the age of 18 years, frontal baldness appeared and progressed rapidly. This was the final straw and the patient withdrew more and more into herself, tefusing to discuss her obvious difficulties with her parents. She consented to specialist investigation only after six months' heartsearching and indecision.
Examination.-Examination revealed a stocky muscular girl with frontal baldness and marked hirsutism of beard area and trunk. Breast development was absent. The laryngeal cartilage was of male type but the voice was normal. There was genital abnormality with enlarged clitoris, a common urogenital sinus, narrow short vagina and small uterus. She was shy, blushed easily, but after initial hesitation discussed her problems freely.
Investigations.-Urine 17-ketosteroids 280, 253 mg./24 hours. 17-ketogenic steroids 163, 202 mg./24 hours. Pregnanetriol (Dr. Margaret Stem) 31 and 96 mg./24 hours. Plasma hydrocortisone 1-7 Lg./IO0 ml. Presacral CO2 insufflation showed bilateral adrenal enlargement. Bone X-rays showed normal development with closed epiphyses.
Progress.-A course of 9m-fluorohydrocortisone 10 mg. daily caused a fall of abnormal urine steroids to normal levels within five days. Ankle cedema appeared with this dosage. Treatment was subsequently continued with a combination of this drug and prednisone in varying doses as shown: The patient was discharged from hospital on 9a-fluorohydrocortisone 6 mg. and prednisone 15 mg. daily. This dosage produced biochemical evidence of potassium deficiency with moderate hypertension. Satisfactory adrenal suppression was obtained, however, and a menstrual bleed occurred two months after the institution of therapy.
Future treatment will include inpatient psychiatric supervision with a view to helping social readjustment giving vocational guidance.
Professor F. T. G. Prunty pointed out that the pregnanetriol present would be included in the estimate of 17-ketogenic steroids. The discrepancy between the amounts of pregnanetriol and 17ketogenic steroids was, however, so large as to indicate that there must be an excess of corticoid metabolites also in the urine. The nature ofthese would be ofinterest, but the data presented appeared to indicate that any block in corticoid syntheses could only be of partial degree, and it was strange the suppression of corticotropin secretion was apparently poor. The desirability of the continued use of 9a-fluorohydrocortisone, with its effects on potassium, as a suppressive agent was questioned. 
